Paget\u27s Disease of the Female Breast by Ayabe Hiroyoshi et al.
Acta Med. Nagasaki 36:216-219
Paget's Disease of the Female Breast
   Hiroyoshi AYABE, Shinsuke HARA, Hiroharu TSUJI 
Tadayuki OKA, Yutaka TAGAWA Katsunobu KAWAHARA 
                and Masao TOMITA
  The First Department of Surgery, 
Nagasaki Universiy School of Medicine
Received for publication, June 17, 1991
ABSTRACT : Eight patients of Paget's disease of the breast operated during 1969 
and 1990 were studied. Four patients had Paget's diseases confirmed to the nipple and 
remaining 4 patients had an associated palpable tumor. Seven patients had invasive 
intraductal carcinoma and only one had noninfiltrative ductal carcinoma. None of the 
patients without palpable mass had axillary lymph node metastasis, while three of four 
patients (75%) with palpable mass in the breast had axillary lymph node metastases. 
   One patient of 4 without palpable mass died of lung cancer 19 years and 8 months 
after operation. Remaining 3 are alive and well 3 years, 4 years and 16 years following 
mastectomy. Two of 4 patients with palpable breast mass died of metastasis 6 months 
and 8 months after surgery. Remaining 2 are alive and well 7 months and 22 years following 
mastectomy.
       INTRODUCTION 
 Paget's disease of the breast has an incidence 
of 1 to 4 per cent of all breast cancer. Since 
Sir James Paget first described paget's disease 
of the nipple in 1874, a number of authors have 
extensively studied this unusual form of breast 
cancer. Certain factors relating to the patho-
genesis and surgical management of this disease 
remain controversial. 
   This paper reports our experience with this 
disease and summarizes results of the therapy.
   MATERIALS AND METHODS 
 Between 1969 and December 1990, eight pa-
tients (1.7%) were to have Paget's invasion of 
the nipple amaong 466 patients with breast 
cancer in our department (Table 1). The 
patients had a mean age of 49.8 years (range 
36-67 years). The mean duration of symptoms
prior to surgery was 13.3 months (range 1-24 
months). At the time of initial examination, 4 
patients presentd with disease confined to the 
nipple and areola characterized by eczema, 
erosion, crust formation or bleeding discharge 
without palpable mass in the berast (Fig. 1). 
Four patients had palpable mass with or 
without visible nipple changes. In two patients 
with palpable mass, they were immediately ad-
jacent to the nipple. The lesions were uni-
lateral and in the right in all instances. 
 Four patients were treated by modified radical 
mastectomy, 2 by extended radical mastectomy, 
1 by radical mastectomy and 1 by simple 
mastectomy. A reason of the patient who under-
went simple mastectomy was an old age. The 
radiation therapy was not added to any patients 
and only one patient was given postoperative 
adjuvant chemotherapy. 
 Follow-up information was obtained on all 
patients.
Fig. 1. Paget's disease of the breast with ulcerating 
      lesion of the nipple
Fig. 2. Paget's disease of the nipple without un-
       derlying breast carcinoma
                                      Table 1. 
Num- Age Side and Time to Mass in Axillary 
her (years) Sex presenting symptom to breast nodes Pathology Treatment Follow-up               findings diagnosis 
 1 47 F Right 3 mo. Yes No Infiltrating Radical wel 22 yr. 
                ECzema 1.8 cm ductal mastectomy 
                nipple carcinoma 
 2 67 F Right 6 mo. No No Infiltrating Simple died 19yr. 4 mo. 
                Erosion of ductal mastectomy (lung cancer)
                nipple carcinoma No recurrence of 
                                                                                breast cancer 
 3 46 F Right 1 mo. Yes Yes Infiltrating Extended died 8 mo. 
               Mass in 8.7 cm ductal radical (lung metastasis) 
                breast carcinoma mastectomy 
 4 49 F Right 18 mo. No No Paget's Extended well 16 yr. 9 mo. 
                Erosion of carcinoma radical 
               nipple and mastectomy 
                areola 
 5 47 F Right 24 mo. No No Non-infiltret. Modified well 4 yr. 6 mo. 
               Erosion of ductal radical 
                nipple and carcinoma mastectomy 
                areola 
 6 51 F Right 24 mo. Yes Yes Infiltrating Modified died 7 mo. 
               Bloody 3.0 cm ductal radical (liver metastasis) 
                discharge carcinoma mastectomy 
             nipple 
 7 55 F Right 6 mo. No No Paget's Modified well 3 yr. 4 mo. 
               Eriosion of carcinoma radical 
               nipple nipple mastectomy 
 8 36 F Right 24 mo. Yes Yes Infiltrating Modified well 1 yr. 3 mo. 
               ulcer of 1.1 cm ductal radical 
                nipple carcinoma mastectomy
          RESULTS 
 On histologic examination of the breast, the 
nipple contained typical intradermal Paget 
cells in all 8 patients. Six of 8 patients had 
infiltrating duct cell carcinoma. while one hd 
non-infiltrating duct cell carcinoma. In one 
patient, large, clear intraepidermal Paget cell 
were present within intact epidermis, but un-
derlying ductal cancer could not be found in the 
resected specimen (Fig. 2). None of the patients 
without palpable mass preoperatively had 
axillary lymph node metastases. However, three 
of four patients (75%) with palpable mass in the 
breast had axillary lymph node metastases. One 
of them had extensive axillary, subclavicular 
and parasternal lymph node metastases. 
 One patient of 4 without palpable breast mass 
who underwent simple mastectomy died of 
advanced small cell lung cancer 19 years and 
8 months after opration. There was no local or 
systemic metastasis of Pagets disease in this 
patient at the time of death. Remaining 3 pa-
tients are now alive and well 3 years, 4 years 
and 16 years following mastectomy. Two of 4 
patients with palpable breast mass died of lung 
or liver metastasis 6 months and 8 months after 
operation. Remaining 2 are alive now without 
disease 7 months and 22 years after mastectomy, 
respectively. They had both axillary lymph 
node metastasis microscopically in the resected 
specimen.
         DISCUSSION 
 The histologic appearance of Paget's dis-
ease is well known but histogenesis is still 
debatable. Several theories have been proposed 
to explain the origin of the Paget cell. One 
theory is that the lesion begins in the mammary 
duct, secondary involving the skin and areola 
of nipple. Another theory is that the first evi-
dence of the disease is the skin with eventural 
downgrowth into the ductal system. Alterna-
tive explanation is that sometimes two inde-
pendent lesiodns are present, the nipple find-
ing representing one neoplastic entity and an 
infiltrating carcinoma of the breat a second 
concomitant tumor. In the past, most patholo-
gists supported the view that the lesion of the 
nipple is an intraepitherial extensin of underly-
ing intraductal carcinoma'' 2'. However, the 
porposal that the Paget cell arise in the nipple 
epidermis independent from the underlying 
carcinoma either through in situ malignant 
transformation or degeneration from existing 
cells has gained a support recently. Further 
support of this theory of in situ transforma-
tion has come from ultrastructural studies on 
Paget's disease in the breast'). Paone and Baker') 
reported that in one patient, Paget's disease 
developed in an area of a congenital absent 
nipple-areola complex and an underlying in-
traductal and infiltrating duct carcinoma was 
present, but there were no ducts leading to the 
affected area of underlying skin. These obser-
vation also supported the view that Paget cells 
arise primarily in the nipple without direct con-
nection to an underlying carcinoma. In our 
seires, one patient had Paget's disease loalized 
only in the epidermis in the nipple without un-
derlying breast carcinoma. This findings also 
favores the theory that the Paget cells arise in 
an intraepidermal origin. 
 Abnormal findings of the nipple and areola 
in Paget's disease of the breast characterized 
by eczema, scaling, crust formation, erosion or 
ulceration without palpable breast mass. These 
findings are similar to eczema of the skin. Then, 
some percentage of the patients are mis-
diagnosed and mismanaged as benign diseases 
for a long period. Four patients in this series 
treated as eczema of the nipple initially and 
diagnosed as Pagers disease by nipple biopsy 
after 2 years from their initial symptoms. Then, 
lesions that do not respond to conservative 
therapy within 2 weeks should be biopsied. And 
every lesion of the nipple or areola should be 
biopsied when there is doubt as to the diagnosis 
is recommended''. 
 Surgical treatment should be varied according 
to the nature and exent of the disease. The 
choice of the therapy depends upon the stage 
of the tumor, the age and general condition of 
the patient and the biologic relationship between 
host and disease. One of the striking findings 
has been the clear-cut difference in clinical 
behavior of this disease depending on whether 
or not a mass in the breast. None of the patient
without a palpable mass in the breast had axil-
lary lymph node metastases and none died of 
breast cancer in this series. Several authors" " 
reportd the same results and recommended the 
simple mastectomy for the patients with Paget's 
disease without a palpable breast mass. 
However, Ashikari et alb' found axillary lymph 
node metastases in 13 per cent of the patients 
without a palpable breast mass and Aktan et 
al" also reported 2 patients without a palpable 
mass with axillary lymph node metastases a-
mong 10 patients. From these findings, at pres-
ent day, modified radical mastectomy such ss 
Auchincloss procedure might be suitable for the 
patients with Pagets disease without a palpable 
mass in the breast. The incidence of a palpable 
mass associated with a lesion of the nipple or 
areola ranges from 33.3 to 69 per cent"'. In our 
series 4 of 8 patients or 50 percent had a palpable 
mass. Paget's disease with palpable breast 
mass behave little differently from ordinary 
berast cancer and should be treated according 
to the stage of the disease. 
 The survival of the patients with Paget's 
disease depends on with or without a palpable 
mass. A review of the literatures reveals the 
reported incidence of 5 year survival rates in 
patients with Paget's disease without a palpable 
mass ranges between 94% and 100%" 8'. However, 
the prognosis of the patients with Pagets dis-
ease and a mass is no better than that from 
ordinary breast cancer. The reported sruvival 
rates of 5 yeras of the patients with Pagets 
disease with a palpable mass were between 
18.8% and 42.5%4,11. Maier et al1°' reported that 
premenopausal patients with Pagets disease of 
the breast had poor prognosis with 26.4 per cent 
five year survival rate, but the reason was not 
known.
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